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Brief Clinical ReportsCoexistence of catamenial pneumothorax and catamenial hemoptysis
in a patient with pulmonary hemangiomatosis-like foci: A case reportTomohito Saito, MD,a Tomohiro Maniwa, MD,a Hiroyuki Kaneda, MD,a Ken-ichiro Minami, MD,a
Noriko Sakaida, MD,b Yoshiko Uemura, MD,b Akiharu Okamura, MD,c and Yukihito Saito, MD, PhD,a
Moriguchi, Osaka, and Kakogawa, Hyogo, JapanCatamenial pneumothorax and catamenial hemoptysis are
syndromes specific to women of reproductive age. Thoracic
endometriosis syndrome most commonly presents as cata-
menial pneumothorax and very rarely as catamenial hemop-
tysis. Thoracic endometriosis syndrome is not the only cause
of catamenial pneumothorax and hemoptysis. Some cases of
catamenial pneumothorax and more than half of patients
with hemoptysis lack evidence of ectopic endometrial tissue.
Coexistence of catamenial pneumothorax and hemoptysis is
extremely rare, and only one patient has been reported in the
English literature.1 We report a case of catamenial pneumo-
thorax and hemoptysis presenting with pulmonary capillary
hemangiomatosis-like foci instead of ectopic endometrial
implants.CLINICAL SUMMARY
A 19-year-old woman, gravida 0 para 0, with a past med-
ical history of recurrent right-sided chest pain and hemopty-
sis was referred to our hospital for further treatment of her
third episode of right-sided pneumothorax. She had already
received a thoracostomy, but the air had not stopped bub-
bling from her chest tube. She remembered the onset of
the chest pain was her third day of menstruation. During
the previous 9 months, she had been experiencing intermit-
tent hemoptysis every month, which often coincided with
menstruation. She never received pelvic surgery or oral con-
traceptive treatment. She had experienced several episodes
of syncope due to orthostatic disturbance.
On admission, computed tomography of the thorax re-
vealed multiple nodules of demarcated consolidation in the
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A, B). During the same interval, a cystic lesion in the upper
lobe of the right lung, which had been seen in the previous
images, became no longer detectable (Figure 1, B). There
was no evidence of peritoneal endometriosis, and the serum
level of cancer antigen 125 (CA 125) was 35 U/mL. Systolic
pulmonary artery pressure was estimated as 31.3 mm Hg by
ultrasonographic study. Anti-human immunodeficiency vi-
rus antibody was negative.
We suspected she had catamenial hemoptysis and catame-
nial pneumothorax, and we performed video-assisted thora-
coscopic surgery 14 days after the onset of menses. By
thoracoscopy, we saw a blue-brown dimpling with bullae
on the upper lobe (Figure 2, A) of the right lung. There
were a number of red-brown spots on the surface of the
lung and emphysematous bullae in the interlobar fissure.
The diaphragm appeared normal. We resected the blue-
brown lesion with surrounding lung tissue and plicated the
necks of the bullae. We put a polyglycolic acid sheet on
the stapler line and the diaphragm to prevent recurrent pneu-
mothorax.
Pathologic investigation revealed subpleural hematoma
with hemosiderin-laden macrophages. The alveoli were em-
physematous, and the interstitium was thickened. There was
no evidence of ectopic endometrial implants. Immunohisto-
chemical stains for CD10, estrogen receptor, and progester-
one receptor were negative. The lesion consisted of dilated
capillaries that had epithelial proliferation without prolifera-
tion of smooth muscle cells. The proliferating cells were im-
munoreactive for CD31 and a-smooth muscle actin and
negative for melanocyte marker HMB 45 and endothelial
marker D2 40. These changes are similar to those seen in
pulmonary capillary hemangiomatosis.
The patient was discharged without any medication be-
cause she did not want to undergo hormonal therapy with
gonadotropin-releasing hormone analogues, which induces
menopause. In follow-up, 4 months after the operation, the
left-sided pneumothorax and hemoptysis recurred with men-
struation. Computed tomography of the chest showed a new
cavity-like nodule and ground-glass opacity in the lower
lobe of the left lung (Figure 1, C). After that, she agreed to
and received gonadotropin-releasing hormone analogue
therapy (leuprorelin acetate 1.88 mg intramuscularly per
month) for 6 months, during which her left-sided pneumo-
thorax recurred 4 times.ery c February 2010
FIGURE 1. Findings of computed tomography of the thorax. Images at 6 months before admission (A) and at admission (B). Micronodules with demarcated
consolidation are evident in the right upper lobe and left lower lobe (white arrow, note that a chest tube was inserted). Six months after admission (C),
a cavity-like lesion with multiple consolidative spots emerged in the lower lobe of the left lung (black arrow).
Brief Clinical ReportsDISCUSSION
We report a very rare case of coexisting bilateral catame-
nial pneumothorax and hemoptysis. Catamenial hemoptysis
is defined as a cyclical hemoptysis occurring during menses
and is an extremely rare condition in women; approximately
40 cases have been reported in the English language litera-FIGURE 2. (A) Intraoperative endoscopic findings: A blue-brown spot with bul
of cut surface of resected lung shows an intrapulmonary hematoma. (C) Patholog
proliferation There were no ectopic endometrial implants. (Low magnification,
The Journal of Thoracic and Cature since the first description in 1956.2 All these cases
were attributed to pulmonary endometriosis, but that was
histopathologically confirmed in only one third of the cases.2
Catamenial pneumothorax is generally defined as recurrent
pneumothorax occurring within 72 hours after the onset of
menses. Recently, Alifano and colleagues3 showed thatlae. Bullae were also observed in the interlobar fissure. (B) Gross photograph
ical findings of the resected lung: Intrapulmonary hemorrhage with vascular
and high magnification, hematoxylin and eosin.)
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Brief Clinical Reportscatamenial pneumothorax accounted for 28 (24.6%, right-
sided in all but one) of 114 women who underwent video-
assisted thoracoscopic surgery for spontaneous pneumothorax.
Histopathologic examination found endometriosis, mainly dia-
phragmatic, in 18 patients. Isolated visceral pleural endometri-
osiswas identified inonly1case.3At our institution, catamenial
pneumothorax accounted for 12 (21.8%) of 55women referred
for surgery to address spontaneous pneumothorax from 1990
to 2007. Among these, there was 1 more case with catamenial
pneumothorax in which pulmonary capillary hemoangioma-
tosis-like angioproliferation was found in the resected lung.
That patient experienced 4 episodes of right-sided pneumo-
thorax and finally received talc pleurodesis.
Thoracic endometriosis syndrome is characterized by the
presence within the thoracic cavity of morphologically nor-
mal endometrial tissue, which consists of glands and stroma.
Immunohistochemically, most glands and half of the stromal
cells show intense nuclear staining for estrogen and proges-
terone receptors.4 CD10 positivity is also helpful to confirm
the presence of endometrial stroma. The presented case
lacked CD10 positivity and any other evidence of ectopic
endometrial implants. Even in patients with thoracic endo-
metriosis syndrome, histopathologic confirmation of pulmo-
nary endometriosis is impossible when the resection of the
lung is performed during the menstrual period. Our patient
received her operation 13 days after the onset of her menses,
but only pulmonary capillary hemangiomatosis-like foci
were identified in the resected tissue. A second pathologist
confirmed the pathologic diagnosis as pulmonary capillary
hemangiomatosis-like foci, without any evidence of endo-
metriosis. Preoperative serum level of CA 125 is a useful
predictor of thoracic endometriosis syndrome.5 In our
case, it was lower than the cutoff level of 39 U/mL, which
indicated an etiology other than thoracic endometriosis
syndrome.
Pulmonary capillary hemangiomatosis is a rare cause of
primary pulmonary hypertension. Although it is characteris-
tically associated with primary pulmonary hypertension
in young patients, Havlik and colleagues6 have reported 8
autopsy cases with pulmonary capillary hemangiomatosis-
like foci that were found incidentally. Also, Umezu and
colleagues7 have reported a case of pulmonary capillary
hemangiomatosis without evidence of primary pulmonary
hypertension. Reportedly, hemoptysis is seen in more than
30% of cases with pulmonary capillary hemangiomatosis.
Several reports show a possible association between
estrogen and hemangiomatosis or vascular proliferation.e16 The Journal of Thoracic and Cardiovascular SurgElevation of serum estrogen levels promoted a systemic in-
crease in host angiogenesis in patients with estrogen recep-
tor-negative breast cancers.8 Ozakyol and Kebapci9 reported
that estrogen replacement therapy enhanced the growth of
hemangiomatosis in the liver in 2 patients. Given these facts,
catamenial pneumothorax and hemoptysis in this case might
be the result of vascular proliferation and recurrent hemor-
rhage in the lungs due to an abnormal response to circulating
estrogen.
We had launched our initial treatment of this patient with
hormonal therapy, which is usually used for endometriosis,
because we thought the etiology was the same as endometri-
osis despite the different pathologic presentation. However,
this patient’s postoperative gonadotropin-releasing hormone
analogue treatment was not effective, resulting in persis-
tently recurrent catamenial pneumothorax and hemoptysis.
Radiologic imaging showed spread of the disease. This
fact suggested that catamenial pneumothorax or hemoptysis
had another etiology, which was essentially refractory to
hormonal therapy. We may consider talc pleurodesis as
well as lung transplantation if the disease continues to
progress.
We would like to express our gratitude to Dr Tadaaki Hiruki for
English editing of this article.References
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